Case reports
Case I This female, now aged 63 years, was first aware of unsteadiness of gait in 1962, although this had been apparent to relatives before that time. The disability became progressively more severe, but she was able to continue working until 1973, using a stick for support. She then noticed impairment of sensation in the hands, being unsure of textures and unable to identify objects without visual clues. For four years she had been aware of difficulty locating her left arm in space, especially in the dark. Temperature perception was normal. She had been unable to write for eighteen years because of difficulty in controlling a pen and she found that her hands 'jumped" . She could not do up buttons or shoe laces but was able to feed and dress herself.
She denied weakness but the left foot tended to slap on the ground and her arms were poorly co-ordinated, especially the left. At the time of examination she had been chairbound for one year.
Her eyes had been dry for at least 16 years, and she had impaired saliva production which did not cause difficulty with eating. A In June 1966 she noticed pain and numbness in the little finger of the right hand. An ulnar nerve transposition failed to alleviate her symptoms, and soon afterwards she developed tingling and "electric" sensations in all the fingers of the right hand. Three months later, similar symptoms appeared in the left hand. The hands felt "wooden", "heavy" and "dead", were clumsy and she was unable to dress or feed herself, although there was no weakness. When seen in 1970 she gave an 18 month history of progressive difficulty in walking. She required a wall for support and her unsteadiness was worse in the dark. The right foot had been numb over that time but she felt that the left was normal and denied weakness.
On examination, the cranial nerves were normal. There was slight wasting of the intrinsic muscles of both hands with mild weakness. Muscle bulk was normal in the legs, but dorsiflexion and eversion of the ankles were weak bilaterally. All 
Case 3
This 33-year-old female has been described briefly elsewhere.4 She developed numbness and clumsiness of the right hand in 1973. This remained static for three years before she noticed loss of sensation involving her right foot. In 1980 she rapidly became aware of numbness of the left hand associated with a feeling of constriction around the wrist. For two years prior to assessment she had noticed progressive numbness of her face and scalp, and mild unsteadiness of gait. On direct questioning she admitted to some dryness of the eyes for a few years, and that her hands were blue and painful if exposed to cold.
On examination in 1983 she was extremely thin (weight 30 kg). The pupils were irregular, asymmetrical and reacted poorly to light but relatively well to accommodation. There was hypersensitivity to 0-1 % pilocarpine. Pain and touch appreciation was reduced in the distribution of both trigeminal nerves, with reduced corneal reflexes. There was no muscle wasting or weakness, but all the tendon reflexes were absent except for the left biceps jerk. There was hypalgesia and hypaesthesia distal to the mid forearms and knees. Vibration sense was absent below the left clavicle and right elbow, and reduced below the knees. Joint position sense was absent in the fingers and toes, and impaired at both wrists and at the left elbow. The two point discrimination threshold was greater than 5 cm on the index fingers. The gait was ataxic with Rombergism.
Schirmer's test was positive and there was lymphocytic infiltration of a minor salivary gland. Other abnormal investigations included a positive rheumatoid Latex test, raised antinuclear antibodies (1/320) and extractable nuclear antigen, and elevated levels of immunoglobulin M in the serum. Sensory nerve action potentials were undetectable on recording from the median, ulnar and sural nerves. Motor nerve conduction velocity in the median, ulnar and peroneal nerves was normal at 55, 51 and 45-5 m/s.
Discussion
The three patients reported all suffered from a chronic peripheral sensory neuropathy with striking impairment of position sense, particularly in the uppcr limbs, indicating involvement predominantly of large myelinated fibres.5 This was the most disabling feature of their illness. Sensory symptoms often started in one limb but were not confined to the territory of a single peripheral nerve. The sensory deficit tended to become symmetrical with time. Although symptoms had been present for eighteen and ten years respectively in cases 1 and 3, motor involvement remained inconspicuous. Sensory impairment in the trigeminal nerve territory was seen in two patients; again there was a tendency for this to be asymmetrical. These two patients also had tonic pupils, with pharmacological evidence of parasympathetic denervation. Slow with the sicca syndrome. 
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